Many cases of Peutz Jeghers Syndrome presenting as intestinal obstruction with intussusception at various levels were reported in literature. This is a case of a 35 years old male farmer who presented to our hospital with the chief complaints of brown coloured stools since one month, pain in lower abdomen and bleeding per rectum since one week. All the findings of the examination were suggestive of intestinal obstruction. Further confirmation was made by Abdominal sonography, Contrast Enhanced Computed Tomography of abdomen and Sigmoidoscopy with colonic polyp biopsy. After going through all the investigations, a clinical diagnosis of multiple intestinal polyposis with ileo-colic intussusception and small bowel obstruction was made. Right hemicolectomy with ileo-colic anastomosis was performed and the specimen was sent for histopathological examination. A final diagnosis of Peutz Jeghers Syndrome was made based on Histopathology. Post surgical prognosis was good and the patient was discharged after 13 days. A regular follow up was recommended.
INTRODUCTION
Peutz Jeghers syndrome (PJS) is a very rare autosomal dominant inherited disorder that usually presents as multiple hamartomatous polyps in gastrointestinal (GI) tract and mucocutaneous hyperpigmentation. [1] Its prevalence at birth is approximately between 1:50,000 and 1:200,000. The polyps can cause intestinal obstruction and may become a lead point for recurrent intussusceptions. [2, 3] These cause life-threatening complications and also need numerous emergency surgical interventions.
CASE HISTORY
A 35-year-old Indian male [ Figure 1 ] presented to the general surgery outpatient department with complaints of browncolored stools since 1 month, pain in lower abdomen, and bleeding per rectum since 1 week. He also complained of colicky type of abdominal pain in the lower abdomen associated with rolling ball-like movement typically after 2 to 3 h of food intake followed by vomiting since 1 week. The pain slightly relieved after medication. He had been experiencing constipation on and off since 15 years. There was no history of fever, anorexia, weight loss, or any other significant systemic complaints. There was no significant past and personal history. Family history was not contributory. The findings of general examination were also not significant. No mucocutaneous hyperpigmentation was found on lips, buccal mucosa, hands, or feet. All the vitals were found to be normal. On local abdominal examination, visible peristalsis was noticed. Tenderness was present around umbilicus and right iliac fossa on palpation. Resonant note was heard all over the abdomen with no evidence of free fluid on percussion. Increased bowel sounds were noticed during auscultation. All the findings of per-rectal examination were normal. Thus, a provisional diagnosis of intestinal obstruction was made.
Blood investigations, liver function tests, and renal function tests including urine examination were within normal limits. Abdominal ultrasound showed a typical target sign indicating ileocolic intussusception [ Figure 2A ] and intussusceptum demonstrating hypervascularity [ Figure 2B ]. It also revealed mesenteric lymphadenopathy. Contrast Enhanced Computed Tomography (CECT) of the abdomen showed ileocolic intussusception [ Figure 3A ] with a lobulated and significantly enhancing mass [ Figure 3B ], likely carcinoid or polyp, in the lumen of ascending colon as lead point resulting in small bowel obstruction and multiple polyps in small and large bowel. Sigmoidoscopy revealed colonic polyposis and a colonic polyp biopsy diagnosed them as hamartomatous polyps [ Figure 4 ]. Cholelithiasis was an additional finding in the CECT of the abdomen. Clinical diagnosis was made as multiple intestinal polyposis with ileocolic intussusception and small bowel obstruction. We recommended selective Cycloxygenase-2 (COX-2) inhibitors for medical management and right hemicolectomy with ileocolic anastomosis for surgical management. Cholecystectomy was also performed simultaneously.
After surgery, the specimen was sent for histopathological examination. The specimen contained right-sided colon with appendix, cecum, and distal ileum. Multiple polyps were found throughout the specimen [ Figure 5A ]. Largest polyp measuring 6 × 5 × 4 cm was found at ileocecal junction. Multiple sections studied from all the polyps in the ileum, cecum, colon, and appendix histologically confirmed these polyps as Peutz Jeghers (PJ) polyps [ Figure 5B ]. There was no evidence of any malignancy in the sections studied. Twenty-three lymph nodes in the surrounding mesentry showed the features of reactive hyperplasia with sinus catarrh. The specimen of gall bladder showed the features of chronic cholecystitis. A final diagnosis of PJS was made based on PJS diagnostic criteria given by WHO in 2010. [4] PJS diagnostic criteria According to PJS diagnostic criteria given by WHO in 2010, presence of any one of the following four features is diagnostic for PJS [4] : (1) Three or more histologically confirmed PJ polyps (the present case) (2) Any number of PJ polyps with a family history of PJS (3) Characteristic prominent mucocutaneous pigmentation with a family history of PJS (4) Any number of PJ polyps and characteristic prominent mucocutaneous pigmentation
We also advised for genetic testing for germline mutations in the serine/threonine kinase 11 (STK11) gene for final confirmation. [5, 6] But the patient was not interested in it.
The patient was stable after the surgery. He was put on conservative management and discharged after 13 days. The patient was managed conservatively in the ward. A postoperative abdominal ultrasound was performed along with other routine tests. He was discharged after attaining complete stability. The patient and his family were provided with genetic counseling under the guidance of a psychiatrist and geneticist. The patient was also screened for intestinal and extraintestinal malignancies that turned out to be negative. Follow-up was recommended every 6 months for Ultrasonography (USG) abdomen and endoscopy. Intestinal and extraintestinal cancer surveillance was advised throughout his life.
DISCUSSION
PJS is a rare autosomal dominant inherited syndrome that generally presents as benign hamartomatous polyps in GI tract and mucocutaneous macules on oral mucosa and lips. [1] Other names for this condition include intestinal polyposis, cutaneous pigmentation syndrome, periorificial lentiginosis syndrome, PJ polyposis, polyps and spots syndrome, hamartomatous intestinal polyposis, and perioral lentiginosis. [7, 8] Jan Peutz (1886-1957) first described this condition in 1921 in a Dutch family. However, the dermatologic component was previously reported in 1896 by John McHutchinson. Harold Joseph Jeghers (1904 Jeghers ( -1990 ) published "Generalised intestinal polyposis and melanin spots of the oral mucosa, lips and digits; a syndrome of diagnostic significance," in 1949, in which several cases with intestinal polyposis and abnormal pigmentation were described in detail. The eponym PJS was given by Andre J. Bruwer in 1954. [8, 9] PJS is a very rare condition whose frequency ranges from one in 50,000 to one in 200,000 births. Males and females are equally affected. [8] Around 90% of the affected individuals have a germline mutation of STK11 or LKB1 gene located on chromosome 19p13. [8] 
CONCLUSION
All the patients may not show the characteristic mucocutaneous macules as these may fade with age. Although the risk of malignant change developing within a PJS polyp is very less (around 3%-6%), the risk of other GI and non-GI malignancy is more. [4, 5, 10, 11] So, these patients require lifelong multidisciplinary care for GI polyposis and cancer. Surveillance is important so as to detect malignancy in an early phase to improve outcome.
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